Vulval lymphangiectasia
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SUMMARY Three cases of lymphangiectasia of the vulva are reported. One case followed Wertheim’s
hysterectomy for carcinoma of the cervix; two other cases had Crohn’s disease with perineal
involvement. Lymphangiectasia is a secondary phenomenon resulting from obstruction of previously
normal lymphatics. This is in contrast with lymphangioma which is an anatomical abnormality. A
review of the literature suggests that the vulval skin may be particularly susceptible to the formation
of lymphangiectasia, and our patients’ experiences suggest that they are easily mis-diagnosed.

Case reports

Case 1

This 38 year old woman presented to us in 1986,
complaining of lumps on the vulval area, which
discharged clear fluid. She had had a Wertheim’s
hysterectomy in 1977, for invasive carcinoma of the
cervix, followed by radiotherapy; total dosage 5209
c¢Gy. She developed minor swelling of the thighs
shortly afterwards, and had several episodes of
cellulitis of the thighs and suprapubic area. In 1984 she
first complained of leakage of fluid from the vulva, and
received anti-candidal therapy without a clear diag-
nosis being made.

When first seen by us she had minor swelling of the
right labia, and multiple shiny “frogspawn” like
vesicles on the right and left labia, which exuded clear
fluid when punctured (fig 1). A biopsy was performed
which showed enlarged superficial lymphatic channels
with endothelial lining. Overlying epidermis showed
hyperkeratosis. Despite warnings of likely recurrence,
the patient wanted any therapy available. A superficial
skinning laser vulvectomy to 2-3 mms was performed
in 1987. She was free of problems at two months, but
unfortunately failed to attend for further follow up.

Case 2

This patient developed Crohn’s disease at the age of 21
years, and had a total colectomy. From 1974 to 1976
she had multiple perineal fistulae, and these were laid
open and healed. In 1983 she first noticed weeping
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Fig1 Case 1 showing vesicles on labia majora.

lumps on the vulva. She was treated for candida, and
investigated for herpes simplex infection and
folliculitis. She was first seen by us in 1985, when she
was aged 38 years, and was noted to have vesicles on
both labia minora without obvious lymphoedema. She
had multiple scars from previous fistulae, but no open
or active fistulae. Histology showed cystically dilated
lymph vessels lined by a single layer of endothelial
cells.

Local resection of the most severely affected areas
was performed in 1986, and although not clear of the
condition the patient has remained comfortable.

Case 3

This woman, born in 1949, developed Crohn’s disease
in her teens. She had a local bowel resection and later
developed several perianal fistulae which were laid
open. In 1984, when her Crohn’s disease was clinically
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Fig2 Case 2, vesicles and hyperkeratosis on right labia.

quiescent, she first noticed vulval lumps. These were
diagnosed as viral warts. Cryotherapy resulted in
discharge of clear fluid, and once healed the lesions
were less troublesome for several weeks, and then
relapsed.

She was referred to our clinic in 1986, when she was
found to have mild lymphoedema of the right labia
majora which was covered with clear papules (fig 2).
On the left side there were a few papules, but no
swelling. A diagnostic biopsy was reported as showing
lymphangioma circumscriptum. Further treatment
with liquid nitrogen resulted in short term
improvement, but she has since been referred for
consideration of surgical treatment.

Discussion

Abnormal dilation of the lymphatics of the skin can be
either a primary structural abnormality known as
lymphangioma, or a secondary event following lym-
phatic obstruction, known as lymphangiectasia. Lym-
phangiomas have been classified by Peachey' into
classicial lymphangioma circumscriptum and local-
ised lesions. The aetiology is believed to be an isolated
but often deep developmental abnormality of the
lymphatics. Lymphangiograms have shown the
abnormal lymphatics to be totally separate from the
main lymphatic drainage in some cases.

The aetiology and terminology of acquired lym-
phangiectasia is less well defined. A wide variety of
inflammatory, neoplastic or surgical insults can block
lymphatics and the usual outcome is lymphoedema.’
The skin in advanced lymphoedema often becomes
thickened and warty and may show lymphangiec-
tases.’ The eventual result can be malignant change as
in the post mastectomy lymphangiosarcoma of
Stewart and Treves.*

Our cases are unusual in that they show lymphan-
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giectasia, without marked or tense lymphoedema.
Previously published cases of lymphangiectasia with
minor oedema appear to be secondary to local dermal
lymphatic obstruction, such as keloid scars’ and
scrofuloderma,® rather than proximal obstruction at
the draining nodes.

Genital skin affected with lymphangiectasia has
been described before with both scrotal lesions’® and
vulva lesions. Three previous cases of lymphangiec-
tasia of the vulva have been reported following
carcinoma of the cervix. One patient was treated with
radiotherapy alone,’ but was complicated by episodes
of cellulitis. The second had radiotherapy and extra-
peritoneal pelvic lymph node clearance, and also
suffered from recurrent cellulitis of the thighs and
perineum.' The third patient had a radical hysterec-
tomy, and radiotherapy." Whilst the latter two
patients had lymphoedema of the thighs, none had
marked vulval oedema. All developed weeping vesicles
which were very similar to those seen in our patients. A
quite distinct aetiology was described by Heuvel,”
who reported vulval lymphangiectases secondary to
lymph node tuberculosis. This patient did have
marked oedema of the vulva, and lymphatic obstruc-
tion was compounded by multiple surgical procedures
to drain suppurating inguinal lymph nodes.

Crohn’s disease has not, to our knowledge, been
reported as a cause of vulval lymphangiectasia. Vulval
involvement in Crohn’s disease is well recognised"
with granulomatous lesions both contiguous with
perianal disease and as a metastatic process, and this
may present as lymphoedema. Although our patients
with Crohn’s disease had had fistulation of the peri-
neum this was inactive when we saw them, and there
was no evidence of granulomatous Crohn’s in the
perianal skin. Treatment of the condition is extremely
difficult. In lymphangioma circumscriptum it is stres-
sed that the disease recurs unless the full depth of the
abnormal lymphatics are removed.? Secondary lym-
phangiectases are more of a problem as the obstruc-
tion is, presumably, diffuse and complete surgical
clearance is likely to be impossible. Although laser
vulvectomy was undertaken in one of our patients, we
are not optimistic about the long term outcome.

In none of the patients reported by both ourselves
and other authors, is the causative pathology rare or
extreme. All three of our patients had been misdiag-
nosed for at least two years, and it is possible that there
are many cases that are overlooked. The symptom of
discharge of clear fluid and the sign of “frogspawn-
like” vesicles should alert clinicians to the diagnosis.

We thank Dr J Burton for allowing us to present Case 2, and
the Histopathology Departments at Bristol Royal Infirmary
and the Bristol General Hospital.
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